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47-year-old woman was referred for unilateral right-sided
earing loss associated with nasal obstruction. Otoscopic
xamination found left tympanic perforation and serous oti-
is media of the right ear. The patient, of North African
rigin, had a history of adenocarcinoma of the breast.
asal examination by ﬂexible endoscope revealed yellowish
umefaction partially obstructing the right posterior choanal
riﬁce, blocking the Eustachian tube oriﬁce and descending
o the soft palate (Fig. 1). CT-scan and gadolinium-enhanced
ontrast MRI showed nodular tumefaction extending from
he posterolateral cavum and right Eustachian tube to the
osterior side of the soft palate, with contralateral involve-
ent. Gadolinium injection revealed mainly peripheral
nhancement (Fig. 2). There were no signs of bony erosion
r cervical adenopathy. Biological examination and thoraco-
bdominal CT-scan were normal.
What is your diagnosis and what is your proposed work-
p?
∗ Corresponding author. Tel.: +33 4 91 96 86 75/6;
ax: +33 4 91 96 81 98.
E-mail address: arnaud.deveze@ap-hm.fr (A. Devèze).
Figure 1 Nasal endoscopy: a crumbly, yellowish mass in the
lateral choana, obstructing the Eustachian tube oriﬁce (box)
and descending to the soft palate.
879-7296/$ – see front matter © 2010 Elsevier Masson SAS. All rights re
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nFigure 2 T1-weighted MRI-scan with gadolinium, showing the
mass in the rhinopharynx (arrow-head), slightly enhanced by the
gadolinium injection.
Reply
Nasopharyngeal amyloidosis
In this case, the tumoral process looks like a lipoma
because of its yellowish waxy aspect. However, this aspect
could also be explained by saturating tissue inﬁltration.
The MRI scan showed a tumor extending from the lateral
nasopharyngeal wall and oriﬁce of the right Eustachian tube
to the posterosuperior side of the soft palate. The lesion
signal was similar to that in muscle on T1- and T2-weighted
sequences, without signiﬁcant enhancement, which is more
suggestive of a benign process.
Figure 3 Histopathologic cross-sections. Magniﬁcation× 20.
A. Positive on Congo red (star, without polarized light in this
view). B (box). Characteristic immunomarking by thioﬂavin.
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Final diagnosis relied on histopathological analysis of
ndonasal endoscopic biopsy samples taken under general
nesthesia. The disease in this case was nasopharyn-
eal amyloidosis. Histopathological examination showed
osinophil areas, staining positively on Congo red (express-
ng birefringence under polarized light) and on thioﬂavin
Fig. 3). These histologic features indicated a diagnosis
f amyloidosis without signs of underlying malignancy
no abnormalities on general check-up). The patient was
eferred for a fuller hematologic work-up (medullary
mpact).
Amyloidoses are a group of disorders, all of which
re characterized by extracellular tissue accumulation of
roteinaceous hyaline material, categorized in two main
orms: systemic and localized [1,2]. Localized forms involve
single organ, whereas systemic amyloidosis involves
ultiple organ systems and can be subclassiﬁed into three
istinct forms: primary systemic amyloidosis (AL, or amyloid
ight chain), resulting from overproduction of protein by the
one marrow plasma cells; secondary systemic amyloidosis
AA, or amyloid A protein), associated with and resulting
rom various pathologies, such as autoimmune disease
rheumatoid arthritis, gout, etc.), infection (tuberculosis,
eprosy, etc.) or malignant and inﬂammatory disease [3];
nally, familial systemic amyloidosis (ATTR, or amyloid
ransthyretin protein), a rare condition, with recessive
utosomal transmission. This patient presented with local-
zed amyloidosis, but the history of adenocarcinoma of the
reast could be considered as a risk factor for secondary
ystemic amyloidosis, which is why an extension assessment
as performed. This turned out negative, but the patient
as referred back to her oncologist for a complementary
heck-up. Localized forms often involve the head and neck
1]. The aerodigestive tract is a common location, the
asopharynx or soft palate rarer [3,4].
Since 1935, about 18 cases of nasopharyngeal amyloido-
is have been reported [5]. Patients presented with nasal
bstruction, posterior pharyngeal discharge or Eustachian
ube dysfunction, as in the present case [1—5]. The mass
ended to spread to the nasal fossa and sinus cavities [2].
n CT-scan amyloidosis shows as a relatively well-deﬁned
ass, generally without bone erosion [2], intracranial exten-
ion, or associated adenopathy. The lesions show no contrast
nhancement [1]. Amyloid deposits may thus simulate
oorly vascularized tumors. The deposits can occasionally
alcify [3,4]. Although amyloidosis does not generally induce
steolysis, one case of nasopharyngeal amyloidosis with
inus extension and bone destruction suggestive of malig-
ancy has been reported [2].
MRI is considered as the technique of choice for diagnosis,
howing characteristic aspects: intermediate T1-weighted
ignal and T2-weighted hyposignal, as in striated muscle,
ithout modiﬁcation in fat-suppression sequences [2]. This
ignal pattern is due to the amyloid protein deposits, which
re ﬁbrillar as in striated muscle ﬁber [6]. Macroscopically,
rgans inﬁltrated with amyloid have a characteristic ﬁrm,
ubbery ﬁrm consistency, but may also be nodular-like or
rregular, mimicking neoplasm [1]. A waxy, gray or yellowish
ppearance is also typical [4], as in the present case, where
t was also crumbly and avascular.
Histologically, amyloidosis presents an eosinophil aspect
n hematoxylin and Congo red staining. Thioﬂavin immunos-
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aining is likewise positive [2,4]. On electron microscopy,
myloid deposits have a ﬁbrous appearance with cross-
inked reticulation [3].
Complementary assessment is necessary to differenti-
te localized from life-threatening systemic amyloidosis [1].
o exclude such multifocal amyloidosis, accessory salivary
land biopsy is recommended. X-ray assessment (thoraco-
bdominal and pelvic CT-scan with secondary MRI sequences
o conﬁrm the diagnosis in any suspected locations) is
ssential to check for systemic amyloidosis, revealed by
athognomic amyloid deposits [6]. Finally, a hematological
ork-up is needed, to assess possibly medullary involvement
1].
Localized amyloidosis has excellent prognosis and never
volves towards systemic forms [4]. Hence it may be
reated with surgical excision [5], especially to reduce local
oft palate mass [2,4]. Certain reports consider surgery
or nasopharyngeal forms to be merely palliative [5]. In
ase of recurrence, surgical revision may be recommenced,
epending on symptomatology [1]. The present case was
anaged by subtotal excision to free the Eustachian tube
riﬁce.
Because of its infrequent occurrence, nasopharyngeal
myloidosis is rarely considered in the differential diagnosis
f nasopharyngeal tumor [3]. Initial endoscopic examination
n the present case was rather suggestive of adipose tumor.
[A. Yakoot et al.
Surveillance should be prolonged, as amyloid deposits are
iable to form again [1].
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